attached loosely to the greater omentum was excised, as it was felt to contain bone and to possibly account for the densities seen on the chest radiographs. The patient continued to bleed at the operative site and to be acidotic and died the next day (day of life 8). The excised mass was adherent by 'wispy' connective tissue to the greater omentum and consisted of a pouch with a translucent, somewhat hemorrhagic, covering. Within the pouch was a malformed upper extremity covered with pink skin and containing cartilage, bone and rudimentary phalanges of three digits.
Denouement and discussion
This infant had a congenital diaphragmatic hernia (CDH) with complete absence of the left hemidiaphragm and left-upperextremity amelia. He was otherwise normal without evidence of chromosomal abnormality or other well-defined syndrome. Although CDH and limb deficiency have been described in Fryn syndrome and Cornelia de Lange syndrome, 1 both of these conditions have characteristic facial appearances not present in this patient. This infant was an otherwise normal-appearing male. Severe upper-extremity limb reduction, although rare, is one of the most common defects associated with CDH, occurring in 3.2% of cases. 2 Only cardiovascular malformations, renal anomalies and cleft lip/palate are more commonly associated with CDH than limb deficiency. 2 This association of homolateral limb reduction with CDH in otherwise normal-appearing infants with normal karyotype appears to have been first described by McCredie and Reid in 1978 (ref.
3) and later shown by Martinez Frias 4 to be a polytopic developmental field defect. A developmental field is the basic biological unit of embryological development. Polytopic developmental field defects means that a number of abnormalities in various fields are required to explain the occurrence of multiple congenital anomalies during blastogenesis. 5 The best-known association believed to be a polytopic developmental field defect is Figure 1 Frontal supine chest radiograph after birth. There is complete absence of the left upper extremity (amelia) and a large left diaphragmatic hernia. The stomach (St) is intrathoracic and the heart (Ht) is displaced far to the right. An endotracheal tube and nasogastric tube are in place, as well as an umbilical artery catheter, which is deviated to the right in the upper abdomen. The solid arrows point to several parallel short tubular bones overlying the left mid-thorax. the VACTERL association. 5 The critical period for upper-extremity development, based on the experience with thalidomide-induced phocomelia, is 24-36 days post-conception, and for diaphragmatic development is 28-48 days. Therefore, the critical period for the field defects to produce this association is 28-36 days post-conception. 6 We previously presented a single case of CDH with homolateral limb deficiency in 2001 (ref. 7) , but wish to present this additional case because of the presence of the intrathoracic/abdominal mass or pouch containing phalangeal remnants. To the best of our knowledge, such remnants have not been reported previously in patients with the CDH and homolateral limb reduction association.
The patient had a very hypoplastic scapula consisting only of a scapular spine and acromion process, the latter articulating with the left clavicle. There was no left glenoid, no scapular body and no left upper extremity attached to the hypoplastic scapula. On the chest radiographs, several parallel tubular bones were present overlying the mid-left ribs. These had the appearance of short tubular bones, such as metacarpals or phalanges. These were found to be within the chest and abdomen in a soft tissue mass loosely attached to the greater omentum. This mass is felt to be a developmental remnant of the upper extremity displaced into the chest rather than a teratoma or fetus-in-fetu, because the osseous elements corresponded radiographically and pathologically to segments of the missing extremity. Pathologically the fragments appeared to be dysplastic phalanges. The location of these upperextremity remnants in the chest and abdomen at about the level of a normal hemidiaphragm further emphasizes the close relationship between the development of the diaphragm and the upper extremities. 
